veloped at the age of tlhree years. At the age of six years she had pericarditis and congestive heart failure with what were described as pneumonia, pleural effusion, and persistent collapse of the right lower lobe with pleural thickening. A right heart catheterisation done subsequently was normal but a selective angiocardiogram showed collapse of the middle and lower lobes of the right lung with obstruction of the arteries to these lobes and irregular stenosis of the right upper lobe artery. The right main pulmonary artery was small.
When aged eight years, a large squamous papilloma was removed from the soft palate. Eight months before this admission, after investigation for ankle oedema, a protein-losing cnteropathy due to intestinal lymphangiectasia was discovered. This disorder had remitted spontaneously.
An elder brother hiad been born with a "withered right arm" which was subsequently amputated.
On examination the patient was a small girl with a well-demarcated erythematous area on the right side of her forehead, just crossing the midline. There were two hairless areas of naevus in the scalp over the right parietal region. Figure 1 shows the full extent of her birth mark. Most of the original lesion had bcen cxcised. The remainder was brown and warty in appearance with a small vascular component in a few areas.
Her right forearm was longer than the left although the right side of (Fig. 2) , and normal intracranial vessels with good collateral circulation. The other major vessels of the aortic arch were normal, except for a slight kinking of the right subclavian artery. Catheterisation of the right side of the heart confirmed normal intracardiac pressures and the absence of a shunt. The previous pulmonary angiogram findings were also confirmed, and numerous collateral vessels were seen. The aorta was normal but the right coronary artery arose aberrantly from it. The cause of these appearances was uncertain but was consistent with either the effects of longstanding inflammatory disease affecting the right lung and pleura, or with a congenital anomaly of the right pulmonary vessels and lung.
During the patient's admission her speech improved rapidly. She is now receiving speech therapy as an outpatient.
Discussion
The "epidermal naevus syndrome" consists of a typical skin lesion, usually unilateral, associated with the abnormalities already listed. Gange and Boon, 1977) , although there have been at least two attempts at case collection (Larregue et al., 1974; Solomon and Esterly, 1975 ).
There is a wide variety of cutaneous manifestations of the epidermal naevus syndrome including several varieties of epidermal naevi, organoid (adnexal) naevi, pigmentary disturbances, vascular and fibrovascular lesions which may occur separately or in combination. The most common skin manifestation is naevus unius lateris, a long linear warty streak, but at least a third of patients have a mixture of lesions (Solomon and Esterly, 1975 (Table) . The overall incidence of (Haslam and Wirtschafter, 1972) . Cases 1 and 2 described by Holden and Dekaban (1972) both had haemangiomas involving the sclera as our patient probably did. Our patient also had a partial sixth nerve palsy.
The occurrence of a high incidence of neurological and ocular abnormalities together with the various other associated abnormalities and the increased risk of neoplasia make this an important syndrome to recognise. Cerebral vascular complications may arise as a result of occlusion of vessels or, more commonly, because of haemorrhage from vascular anomalies or malformation.
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